a clinical syndrome which has been given various names such as fragilitas ossium, idiopathic osteopsathyrosis, periosteal dysplasia, etc. Thomson (1921) Fairbank (1930, 1935, 1948) , who is an authority on the subject, modified Knaggs' classification and described the following varieties :
( Skiagram.?Nearly all the bones including the fractured femur were .r-rayed. They revealed identical features with abnormal thinning of the cortex and comparative osteoporosis. The marked bowing of the right tibia (plate XXXVII, figure 3 ) and the forearm bones (plate XXXVII, figure 4) was evident. The ribs were peculiarly bent and thin (plate XXXVII, figure 5 ). The expansion of the parietal regions of the skull (plate XXXVII, figure 6) floor. The trauma was not severe, she sustained the second fracture after 3 months, the third after another 2 months and the fourth after 3 years.
All the fractures were at about the same place.
She was a thin undergrown girl, rather dwarfish for her age. The sclerse were faintly blue and except for this and the marked curvature of the femur (plate XXXVII, figure   7 ) she appeared to be normal in other respects.
Her hearing was normal. The family history did not reveal any abnormality. The skiagram revealed boat-shaped femur with thin cortices (plate XXXVII, figure 8).
It was decided to correct the angulation by osteotomy of the femur and this was done through a lateral approach. On opening the femur, the bone was found to be unusually soft, so much so that its cortex yielded to even manual pressure and the cut in the bone could not be made clean one as the bone gave way and splintered to even gentle taps with the osteotome. However, the deformity was corrected to a certain extent and the extremity immobilized in plaster, which was maintained for 4 months.
Follow up 1 year later showed that the osteotomy had united well and the child was able to go about without any apparent limp.
Discussion
The sclera.?The association between fragility of bones and blueness of the sclerse was known separately for more than a century. Spurway (1896) and Eddowes (1900) showed that they were familial and often co-existent. The blue sclerotic has been considered to be a mendelian ' dominant' in this group of congenital abnormality. Bickerton (1934) Fairbank (1948) blueness is more marked in the post-natal group.
There is general agreement that the depth of colour fades with age.
The cause of the blueness is not definitely known. According to Bickerton (1934) the sclera is too thin and transparent and allows the choroid to shine through. This theory is, however, contradicted by the finding of Knaggs (1924) (Fraser, 1934 (1934) however dismissed this possibility and said that 'the shaft, though slender, rarely bends; angulation, if present, is usually due to an old fracture The microscopic appearances of the bone do not reveal any marked abnormality.
There are occasionally secondary changes in the epiphysial lines and premature synostosis is common?often explaining the dwarfing. In the first case reported here, the father and the two brothers who did not suffer from fractures as well as the patient himself were marked dwarfs. Dwarfism, however, is accentuated by the repeated fractures with malunion and the vertebral scoliosis which is an occasional feature of the disease.
The skull is often peculiarly shaped?a feature which was specially prominent in the first case reported here as well in the case of his father and two brothers. The marked parietal bulge and the broad forehead make the vault of the skull pyramid-shaped and the face becomes triangular in appearance.
The joint lines occasionally lose their characteristic outline and are horizontal obviously due to the bones giving way and becoming flattened due to body weight.
Deafness.?This is the third major characteristic of this syndrome but may often be absent. Characteristically it appears in the third decade, and it is interesting to note, as in the case reported here, that as the bones become stronger and sclerotic in appearance, the deafness starts to develop and becomes increasingly worse. This is explained on the same pathological basis, namely, increasing otosclerosis compressing the membranous labyrinth. However, deafness has occasionally been described in earlier cases and Cleminson (1927) and Bigler (Fairbank, 1948) reported cases occurring as early as the 13th year. Van der Hoeve and de Klyn (1918) were the first to describe deafness as the triad of symptoms in association with fragility of bones and blue sclera and this is often described as the van Rodger (1936) however came to the conclusion that affected mothers transmit the disease more frequently (62.5 per cent) than affected fathers (53.8 per cent). Fig. 4 . Fig. 5 . Fig. 5 . Fig. G . Fig. G . Fig. 7 . Fig. 7 . Fig. 8 .
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